patient there was rapid clinical improvement, together with a large decrease in peripheral vascular resistance, when the immunosuppressive regimen was changed to mycophenolate mofetil plus prednisolone. Treatment with a combination of prednisolone, methotrexate, ciclosporin and cyclophosphamide has similarly led to resolution of pulmonary arterial hypertension secondary to systemic lupus erythematosus (SLE). Endothelial immune deposits have been demonstrated in some SLE-related cases of pulmonary arterial hypertension 5 but no such deposits have been found in POEMS or systemic sclerosis related cases. One explanation for this discrepancy may be that the pathogenesis of pulmonary artery hypertension in connective tissue diseases is heterogeneous. Triggers might include at one end of the spectrum cytokine-mediated vasoconstriction with dysregulation of TGFb and VEGF expression (which might respond to immunosuppression) 6 and at the other end irreversible vascular remodelling and fibrosis. Reversible vasculopathy with overproduction of proinflammatory cytokines and VEGF and decreased expression of TGFb has been previously described in POEMS. 7, 8 However, there has been no established link between TGFb dysregulation and defects in the BMPR2 gene in this condition. The challenge for management is to identify pulmonary arterial hypertension at a stage when it will still respond to definitive therapy. Lymphadenopathy after tumour resection is an important indicator of recurrence, but other explanations must be excluded.
CASE HISTORY
The patient was a man of 46 who in 1995 had sustained a fracture of the right medial femoral condyle apparently due to an aneurysmal bone cyst. He was treated with open reduction and internal fixation with a bone graft. The knee became increasingly painful and swollen, and in March 1997 X-rays showed a destructive tumour involving the whole of the lower end of the femur with extension into the soft tissue medially and posteriorly. The patient was keen to
V o l u m e 9 6 A u g u s t 2 0 0 3 avoid amputation, so a rotating-hinge knee replacement was custom built for him with cobalt, chromium and molybdenum and with ultra-high-molecular-weight polyethylene on the articulating surfaces. At operation, the distal end of the femur was excised along with all visible tumour, although there was some spillage of tumour contents. Histological specimens showed an osteoclastoma consisting of spindle cells with minimal nuclear pleomorphism and some mitoses. There was no evidence of vascular invasion and the excision seemed complete. He had radical radiotherapy to his right knee postoperatively. At routine follow-up in November 2000 there was a palpable mass in the right groin which ultrasonography showed to be a cluster of enlarged lymph nodes. The mass did not decrease in size with antibiotic treatment. Subsequent CT showed enlargement of superficial inguinal and external iliac lymph nodes on the right, the biggest being 2.5 cm in diameter. There was a 1 cm lymph node in the right side of the pelvis immediately posterior to the proximal external iliac artery and two 2.5 cm lymph nodes were seen anterior to the distal external iliac artery. On excision biopsy, the largest inguinal lymph node showed reactive follicular hyperplasia with extensive sinus histiocytic reaction. The histiocytes were eosinophilic, containing black foreign material (Figure 1 ) and birefringent particles in similar distribution (Figure 2) . No malignancy was identified. The patient remains fit and well and the lymphadenopathy has regressed slightly.
COMMENT
Osteoclastoma or giant cell tumour of the bone comprises about 6% of all primary bone tumours. 1 Around one-tenth of these are malignant at presentation and malignant transformation is possible.
Orthopaedic endoprostheses generate wear particles including cement, polyethylene and metal at their component interfaces. 2 Deposition of these wear particles in the soft tissue surrounding the prosthesis is believed to be important in the pathogenesis of prosthesis loosening, but the draining lymph nodes are seldom palpably enlarged. Gray et al. 3 described two cases of histologically abnormal lymph nodes following joint replacement. The nodes were sampled in one patient during surgical staging for prostatic carcinoma and in the other during joint replacement revision surgery. In both, the lymph node sinuses were dilated and packed with macrophages containing eosinophilic granules that stained intensely with periodic acid/ Schiff. Fragments of foreign material were seen on polarization microscopy. These samples, unlike those of our patient, did not show reactive lymphoid hyperplasia.
Lymphadenopathy with sinus histiocytosis is seen in various conditions benign and malignant, including metastatic carcinoma. The important differentiating factor in our case was the black material, with particles 0.5-5 mm in diameter within the histiocytes. These were probably metal. Polyethylene particles impart an eosinophilic granularity to the cytoplasm but are colourless and difficult to identify except under polarized light, when they show birefringence. 3 The importance of removing and examining enlarged lymph nodes in these circumstances was underlined in a case report by Digby: 4 the patient had lymphadenopathy after silicone MCP joint replacements, and the cause proved to be undifferentiated large cell lymphoma with incorporated silicone particles. In the present case the outcome was happier.
J O U R N A L O F T H E R O Y A L S O C I E T Y O F M E D I C I N E
V o l u m e 9 6 A u g u s t 2 0 0 3 In paroxysmal nocturnal haemoglobinuria (PNH), thrombotic complications are a common cause of death. Abdominal pain requires particularly careful assessment.
CASE HISTORY
A man of 43 was referred after 24 hours of feeling generally unwell with intermittent rigors. PNH had been diagnosed 18 years previously, and regular blood transfusions for his anaemia had resulted in iron-overload diabetes mellitus. 8 years before the present episode he had had a small-bowel resection for ischaemia secondary to venous thrombosis. On examination his abdomen was distended and slightly tender in the left lower quadrant, without obvious peritonism. Haemoglobin was 6.4 g/dL and platelet count 16610 9 /L. Blood indices were otherwise normal. A plain abdominal X-ray showed dilated small-bowel loops. Adhesional small-bowel obstruction was diagnosed and initial management was conservative. After three days the abdominal distention had not resolved and a CT scan (Figure 1) showed gross small-bowel dilatation with an area of collapsed small bowel distally, highly suggestive of a mechanical obstruction. At laparotomy, with bloodtransfusion and platelet cover, he was found to have a segment of gangrenous small bowel with a stricture. This was resected and the bowel was anastomosed by an extramucosal technique. The patient spent the first three postoperative days on the intensive care unit for close monitoring, and received total parenteral nutrition for five days until enteral feeding was started. No further blood or platelet transfusions were required. Histopathological examination of the operative specimen showed extensive haemorrhagic infarction secondary to venous thrombosis.
COMMENT
PNH is an acquired disease characterized by attacks of intravascular haemolysis and haemoglobinuria. It can lead to profound anaemia, thrombocytopenia and leucopenia and is often complicated by venous thrombosis. 1 The thrombotic tendency may be related to deficiency of a glycosylphosphatidylinositol anchor protein. 2 Thrombotic complications are the most common cause of death in PNH, and about 40% of patients have one or more episodes of venous thrombosis during their illness. 3 The incidence of mesenteric venous thrombosis leading to bowel ischaemia is between 3% and 8%. 4 In 1966, Blum and Gardner 5 described successful laparotomy in two patients with PNH-one with infarction of the terminal ileum, who underwent segmental resection; the other with an infarcted caecum, treated with a limited right hemicolectomy. Subsequently, Doukas et al. 6 reported resection of two areas of ischaemic bowel in another patient, with good postoperative results. A fourth case, a man of 37 who survived after small-bowel resection for bowel gangrene secondary to extensive venous thrombosis, was reported by Williamson et al. 7 in 1987. These were the only reports we could find of patients with PNH surviving
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